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ABSTRACT

Wilson’s disease is a disorder of copper metabolism that results in the accumulation of copper in
various body tissues. The most common organs involved in this disease are the liver and the
brain, with most of the clinical symptoms being related to these 2 organs. Albeit less affected,
the cardiovascular system is also involved. In this paper, we aim to report a very rare cardiac
complication of Wilson’s disease. ! (Iranian Heart Journal 2021; 22(3): 123-127)
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ilson’s disease is a disorder of
copper metabolism that results in
the accumulation of copper in

various tissues of the body. The most
common organs involved in this disease are
the liver and the brain, and most of the
clinical symptoms are related to these 2
organs. * The first case of Wilson’s disease
was introduced by Wilson in 1912. 2 Based
on a report by the World Health
Organization, the true incidence of Wilson’s
disease is 1/10000 to 1/30000. ® The clinical
manifestations of Wilson’s disease include
neurological symptoms such as impaired
motor movements, involuntary movements
such as tremors, cone dystrophy, and liver
dysfunction manifesting itself as acute or
chronic hepatitis, cirrhosis, or hepatic

encephalopathy. * ®> The heart is another
organ that can be affected by this disease. °
In this paper, we present a very rare cardiac
complication of Wilson’s disease.

Case Report

Our patient was a 41-year-old man, known
to have suffered from Wilson’s disease since
he was 12 years old. He had a brother and a
sister, both of whom were affected by this
disease. The patient’s father was his
mother’s cousin. The patient’s family
history was positive, with the clinical
manifestations of his Wilson’s disease being
convulsions. He also had neuromuscular
problems, mood disorders, and mental
retardation (Fig. 1). We performed a
computed tomography scan, which revealed
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brain atrophy. The patient was treated with
500 mg of D-penicillamine daily and 100
mg of phenobarbital twice a day. Routine
tests were normal, and his vital signs were
stable. On physical examination, he had a
5/6 diastolic murmur over the right second
intercostal space. Additionally,
neuromuscular problems and dysarthria
were observed. Echocardiography revealed
that the size of the aortic annulus was 3.50
cm, the size of the sinus of Valsalva was
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5.06 cm, the size of the sinotubular junction
was 4.56 cm, and the size of the ascending
aorta was 3.48 cm. In addition, there were
thickened aortic valves, severe aortic
regurgitation, up-to-moderate mitral

regurgitation, mild pulmonary insufficiency,
and mild tricuspid regurgitation, but no
aortic stenosis, mitral stenosis, tricuspid
stenosis, and pulmonary stenosis was
detected (Fig. 2).

Figure 1. The patient has neuromuscular problems, mood disorders, and mental retardation.
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Figure 2. Echocardiography findings show that A) the size of the aortic annulus is 3.50 cm, B) the size of the sinus of
Valsalva is 5.06 cm, C) the size of the sinotubular junction is 4.56 cm, and D) the size of the ascending aorta is 3.48 cm.

DISCUSSION hepatic involvement. * > There have been
many reports around the world since Wilson
introduced the disease. ° Although the
cardiovascular system is less affected,

Wilson’s disease is an autosomal recessive
disorder characterized by neurological and
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cardiovascular involvement has been reported.
For instance, Hlubocka et al ° reported that
patients with Wilson’s disease had increased
thickness of the interventricular septum and
the left ventricular posterior wall. Kuan et al ’
identified the cardiac manifestations of
Wilson’s disease as cardiac arrhythmias,
cardiomyopathy, cardiac death, and autonomic
dysfunction. In a case report, Bajaj et al ®
identified a case of second-degree heart block
incidentally in a young woman with Wilson’s
disease. In addition, recently, Grandis et al °
showed that patients suffering from Wilson’s
disease were at a higher risk of heart failure
and cardiac fibrillation. In an imaging trial,
Quick et al *° assessed the cardiac involvement
of Wilson’s disease by magnetic resonance
imaging and demonstrated that cardiac fibrosis
might affect the prognosis in Wilson’s disease.
We herein reported aneurysms and aortic
insufficiency as 2 very rare cardiac
complications of Wilson’s disease. To our
knowledge, this is the first report of
aneurysms and aortic insufficiency as a
cardiac manifestation of Wilson’s disease. The
mechanism of these 2 cardiac manifestations
is unknown, but the proposed hypothesis is
that the excessive deposition of copper in the
aorta tissue may justify these complications.
The salient point in this case report is that
aneurysms and aortic insufficiency are
associated with Wilson’s disease; nonetheless,
whether this association is causal is unclear.
Thus, further causal investigations are needed
to elucidate this issue.
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